DESCRIPTION
We report a case of a 60-year-old woman with a history of cyanotic heart disease who presented with a painless and palpable left-sided anterior neck mass. Clinical examination did not reveal any cranial nerve palsy. Soft systolic and diastolic murmurs were heard on auscultation and the patient also suffered from persistent shortness of breath (O 2 saturation approximately 90%). Previously, transoesophageal echocardiography had demonstrated a large fenestrated secundum atrial septal defect with right-to-left shunting. There was no relevant family history.
A contrast-enhanced neck CT scan revealed a highly vascular and well-circumscribed 2.2×2.0 cm paraganglioma at the left carotid bifurcation (figure 1), intimately encasing the external carotid artery (ECA). Several enlarged feeding branches arising from the ECA could be observed. The carotid body tumour (CBT) resulted in characteristic splaying of the internal and external carotid arteries (figure 2), but peak-systolic and end-diastolic velocities were within normal ranges.
The carotid body consists of chemoreceptors that are exquisitely sensitive to reduced arterial pO 2 levels. CBTs have traditionally been categorised into sporadic, familial and hyperplastic forms. Of specific relevance in this case, the hyperplastic type arose from chronic hypoxaemia, which can be induced by cyanotic heart disease. [1] [2] [3] Complete surgical excision of the CBT was subsequently undertaken with the ECA and vagus nerve preserved. The patient made a full recovery without major postoperative complications.
Despite their low incidence, the present case highlights the importance of excluding CBTs as a potential cause of an anterior neck mass in patients with a history of cyanotic heart disease.
Learning points
▸ Carotid body tumours (CBTs) are rare and classically present as benign, unilateral anterior neck masses; complete surgical resection is currently the treatment of choice. ▸ Certain congenital heart defects contribute to the pathogenesis of hyperplastic CBTs via the induction of chronic hypoxaemia, although the exact mechanism(s) remain unclear. ▸ It is important to clinically assess the presence of cyanotic heart disease in patients presenting with a CBT; echocardiography is recommended as a valuable additional diagnostic tool.
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